as erythematous, scaly patches over the elbow and knee joints, gradually progressing over years to form fixed hyperkeratotic plaques. The child was born out of nonconsanguineous marriage with normal vaginal delivery without any peripartum complications. The general and mental growth of the child were within normal limits for his age. On examination of the skin [ Figure 1 ], there were well-defined hyperkeratotic plaques on erythematous base, distributed symmetrically on axilla, cubital fossa, elbows, infragluteal area, popliteal fossa, knees, dorsa of feet, and scaly erythematous plaques on the perioral area. The erythema did not extend beyond the margin of the plaques. The scalp, nails, mucosa, and teeth were normal with minimal palmoplantar keratoderma. Other systemic examinations were within normal limits. There was no associated neurological involvement as examined by the ABSTRACT Erythrokeratodermas are a rare group of genetic disorders presenting early in childhood as erythematous, hyperkeratotic plaques on the skin. There may be associated neurological involvement. A 12-year-old boy presented with symmetric keratotic plaques on the body since infancy. Psoriasis and pityriasis rubra pilaris were ruled out after histopathological examination of the skin. We are reporting a case of progressive symmetric erythrokeratoderma with classical lesions but can be missed due to unawareness.
INTRODUCTION P rogressive symmetric erythrokeratoderma (PSEK)
is a rare genetic disorder, characterized by fixed, well-defined erythematous and hyperkeratotic plaques distributed predominantly on the elbows, knees, trunk, and dorsal surfaces of hands and feet. It was first described by Darier [1] in 1911 and later renamed by Gottron [2] in 1922. Hence, it is also known as Gottron's syndrome. PSEK is predominantly inherited as an autosomal dominant trait, but there are reports that 40% of the cases occur sporadically. [3] Onset is usually in the infancy with gradual progression of the lesions in childhood and thereafter it tends to become stable. The diagnosis is mainly clinical, and a positive family history can be found in few cases. We report a case of PSEK of sporadic onset.
CASE REPORT
A 12-year-old boy was referred to us from the Department of Pediatrics with a history of skin lesions since 6 months of age. The lesions started neurologist. The routine laboratory investigations were normal, and the specific genetic analysis could not be done due to unavailability of resources in our setup. The histopathological examination of the skin revealed nonspecific hyperkeratosis, acanthosis, and normal granular layer. Hence, a clinical diagnosis of PSEK was made, and the patient was started on oral acitretin and topical steroid and emollient.
DISCUSSION
Erythrokeratodermas are a heterogenous group of keratinization disorders characterized by the presence of erythematous, hyperkeratotic plaques. They have been divide into two major nonsyndromic types, i.e., erythrokeratoderma variabilis (EKV) and PSEK, and two syndromes, i.e., keratitis ichthyosis deafness and hystrix such as ichthyosis deafness. [4] The cutaneous lesions in PSEK usually start in infancy and present as well-circumscribed, nonmigratory areas of erythema with scaling distributed symmetrically on the knees, elbows, buttocks, head, and dorsal surfaces of the hands and feet. Gradually, the scaling progresses to become hyperkeratotic plaques and becomes stable after puberty. Palmoplantar keratoderma may be seen in some cases. Apart from skin lesions, the general health of the patient remains normal. Rare cases of PSEK associated with ataxia, syndactyly, narcolepsy, mental retardation, bilateral cortical cataract, convulsions, deafness, and peripheral neuropathy have been reported. [5] [6] [7] Other diseases having similar cutaneous findings are EKV, psoriasis, and pityriasis rubra pilaris. EKV can be differentiated from PSEK as the lesions in EKV fluctuate in their extent. Furthermore, they can be induced by external mechanical pressure and show seasonal variation. PSEK shows more of facial involvement and palmoplantar keratoderma. Psoriasis and pityriasis rubra pilaris can be differentiated from PSEK histopathologically. The histopathological findings in PSEK are non-specific orthokeratotic hyperkeratosis, moderate acanthosis, a prominent granular layer, and dermal perivascular infiltration. There is no suprapapillary thinning of the epidermis or Munro's microabscesses.
The genetic analysis in PSEK patients has shown mutation in the loricrin protein with the gene coding region located on chromosome 1q21.3. [8] Recently, a novel locus on chromosome 21q11.2-21q21.2 was identified for PSEK in a Chinese family. [9] The treatment options for PSEK include topical keratolytics, emollients, steroids, retinoids and oral retinoids. Use of topical calcipotriol with the good response has been reported in a patient. [10] The purpose of reporting this case of PSEK is to increase awareness regarding this rare disease manifesting in early infancy and diagnosis depending mostly on clinical findings. As it may have associated systemic involvement, an early diagnosis may help in proper investigation and management. Furthermore, there are very few cases reported worldwide out of which <10 are from India.
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